A case of Leber's miliary aneurysms with diffuse peripheral retinal vascular sheathing
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A 30-year-old female presented with macular edema and discoid exudation at the posterior pole. Diffuse vascular sheathing was observed at the peripheral retina. Fluorescein angiography revealed multiple microaneurysms at the posterior pole and leakage from the peripheral vessels. Two monthly intravitreal bevacizumab led to minimal improvement, and resolution of macular edema was achieved by an additional intravitreal triamcinolone. The findings at the posterior pole resembled those of Leber's miliary aneurysm. However, this case also demonstrated a peculiar vascular sheathing at the periphery and showed response to triamcinolone, which are evidences for an inflammatory condition.
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Coats' disease, inflammation, Leber's miliary aneurysms, vascular sheathing Coats' disease is an idiopathic condition characterized by telangiectatic and aneurysmal retinal vessels with intraretinal and subretinal exudation and fluid. [1] The term encompasses idiopathic retinal telangiectasias and exudation of varying severity from a mild form with no symptoms to a severe form with massive exudation and bullous retinal detachment. Leber's miliary aneurysm is a rare form of retinal telangiectasia characterized by the formation of multiple retinal vascular aneurysms, varying degrees of leakage, and deposition of lipid exudates. [1, 2] This entity is believed to belong to the same spectrum of diseases with Coats' disease but in a milder form. [3] In this report, we present a patient with Leber's miliary aneurysms at the posterior pole and an uncommon finding of diffuse vascular sheathing at the peripheral retina. 
Case Report
Discussion
Leber's miliary aneurysms are grouped as idiopathic retinal telangiectasias, along with idiopathic juxtapapillary retinal telangiectasias and Coats' disease. The disease is usually male-dominant, unilateral, adult-onset, and slow-progressing. Aneurysms are surrounded by hard whitish exudates and are most frequently found in the mid-to-remote peripheral temporal retina. [4] Our patient was diagnosed with Leber's miliary aneurysms due to the pathognomonic characteristics at the temporal posterior retina.
For the etiology of Coats' disease, an infectious theory was once supported by several reports, but subsequent investigations and the failure of antiinflammatory and steroid therapies have refuted that early theory. [1] Histologic studies of the retinal vasculature in Coats' disease have confirmed abnormal vascular integrity as the disease pathogenesis by demonstrating a thickened wall replaced by a laminated fibrous coating of membrane-like materials, patchy thinning, or the absence of the vessel wall, and some vessels completely devoid of endothelium and pericytes. [5] Case Report Diffuse vascular sheathing is not a common finding in Coats' disease or Leber's miliary aneurysms. Segmental vascular sheathing caused by yellow cholesterol deposits can be observed in Coats' disease, but diffuse white sheathing with leakage on FA is a finding suggestive of an inflammatory condition. Diffuse sheathing with vascular leakage on FA with no evidence of neovascularization at the peripheral retina was observed in the current case. Also, the macula edema responded better to treatment with IVTA than IVB. We suppose that there was an inflammatory component stronger than the usual Coats' disease. Nonetheless, we cannot ignore the fact that the protective role of steroids in Coats' disease includes not only the antiinflammatory effects, but also their role in the stabilization of the blood-retinal barrier, resulting in a decrease of vascular leakage from abnormal telangiectasia.
Differential diagnosis of uniocular exudative retinopathy, including tuberculosis, toxoplasmosis, syphilis, leptospirosis, macroglobulinemia, and autoimmune diseases, should be considered. Systemic conditions such as hypertension, diabetes mellitus, and hypercholesterolemia have also been reported with adult-onset Coats' disease. [6, 7] In the current case, a clear history and lab findings supported the idiopathic form of retinal exudation with telangiectasias that characterize
